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Abstract  

The peripheral nerve tumors develop from 

constitutive elements of nerves including the nerve 

sheath. They are rare and are often benign. 

Malignant peripheral nerve sheath tumors 

(MPNST) are frequently associated to Von 

Recklinghausen disease (NF-1): a hereditary 

genetic disease with dominant autosomal 

transmission. No prior case of MPNST has been 

reported in the Malagasy literature. Thus, we 

report the first case of MPNST in Madagascar in 

purpose to illustrate the difficulty of care.  

It was a 58-years-old man referred for care of a 

MPNST discovered by biopsy of progressive 

enlarging mass on supra-clavicular, cervical and 

ear regions associated with cutaneous infiltration, 

irritation of cranial nerves and sensitive deficit of 

the left upper limb. The patient and his brothers 

had diffuse, hyperpigmented, fleshy exophytic 

lesion, evolving since childwood evoking 

neurofibroma. Dermatologic examination didn’t 
found other lesions. An injected CT scan of head, 

neck, thorax and abdomen was prescribed and the 

case was discussed in Multidisciplinary Concerting 

Meeting of onco-neurosurgery, however we lost 

contact with the patient. The association of our 

case of MPNST to a NF-1 is probable. The clinical 

presentation of our patient conforms to the data of 

literature. The skin examination should be 

systematic and each lesion should be known and 

followed. Patients with NF-1 should be followed in 

order to early diagnose MPNST because they’re 

aggressive and the early treatment is the gage of a 

better prognosis.   

Keywords: Cancer, Madagascar, Malignant 

peripheral nerve sheath tumor, Von 

Recklinghausen disease 

 

Résumé 

Les tumeurs des nerfs périphériques se 

développent au dépend des éléments constitutifs 

des nerfs, notamment les gaines nerveuses. Elles 

sont rares et le plus souvent bénignes. Les tumeurs 

malignes des gaines nerveuses périphériques 

(MPNST) sont fréquemment associées à la maladie 

de Von Recklinghausen (NF-1) : une maladie 
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génétique héréditaire à transmission autosomale 

dominante. Aucun cas de MPNST n’a été rapporté 

dans la littérature malgache. Ainsi, nous rapportons 

le premier cas de MPNST à Madagascar afin 

d’illustrer les difficultés de la prise en charge.  Il 

s’agissait d’un homme de 58 ans référé pour prise 

en charge de MPNST découverte sur biopsie de 

tuméfactions progressivement croissantes au 

niveau des régions sus-claviculaires, cervicales et 

péri-auriculaires associées à une infiltration 

cutanée, des radiculalgies et des déficits sensitifs 

du membre supérieur gauche. Le patient et les 

membres de sa fratrie présentaient des lésions 

charnues en excroissance, hyperpigmentées, 

diffuses évoluant depuis l’enfance faisant évoquer 

des neurofibromes. L’examen dermatologique n’ 
pas retrouvé d’autres lésions. Un scanner 

cérébro-cervico-thoraco-abdomino-pelvien injecté 

était prescrit et le dossier était présenté en Réunion 

de Concertation Pluridisciplinaire 

d’onco-neurochirurgie, cependant le patient était 

perdu de vue. L’association de notre cas de 

MPNST avec une NF-1 est probable. Le tableau 

clinique de notre patient concorde avec les données 

de la littérature. L’examen cutané de l’enfant 

devrait-être systématique et toute lésion 

devrait-être étiquetée et surveillée. Les porteurs de 

NF-1 devraient être suivis pour dépister 

précocement les MPNST car elles sont agressives 

et le traitement précoce est le garant d’un meilleur 

pronostic.  

Mots clés : Cancer, Madagascar, Maladie de Von 

Recklinghausen, Tumeur maligne des gaines 

nerveuses périphériques.  

 

 

Introduction 

 

Tumors of the peripheral nerves develop at the 

expense of the constitutive elements of the nerves, 

especially the nerve sheaths. They represent 2% of 

soft tissue tumors and are benign in 90% of cases 

[1]. Malignant peripheral nerve sheath tumors 

(MPNST) or peripheral nerve sheaths tumors are 

also known as malignant schwannomas or 

neurosarcomas [2]. These are frequently associated 

with neurofibromatosis type I (NF-1) or Von 

Recklinghausen disease: an inherited genetic 

disease with autosomal dominant transmission 

characterized by cutaneous manifestations of 

progressive evolution and may have degenerative 

and tumoral complications [2–5]. Only a few cases 

of MPNST have been reported on the African 

continent [1,6,7]. No case of MPNST has been 

reported to our knowledge in Malagasy literature 

to date. Thus, we report the first case of MPNST in 

Madagascar to illustrate the difficulties of 

management 

 

Clinical case 

 

It was a 58-year-old man, a former jeweler, who 

was referred to the oncology department of 

Androva Hospital teaching, Madagascar in August 

2017 for the specific care of an MPNST. 

His illness was marked in April 2017 by the 

appearance of painless bilateral supraclavicular 

swelling. Without explorations, the patient 

received anti-tuberculosis treatment for 3 months 

without bacteriological evidence of the infection. 

The increase in the volume of supra-clavicular 

swelling with the appearance of latero-cervical 

swelling motivated a biopsy in July 2017. Awaiting 

the results, there were appearance of auricular, 

sub-auricular and pre-vagal nodules with 

distension soft parts of the neck and face. In 

August 2017, there was an onset of diffuse, 

moderate, pulsatile, permanent headaches. The 

anatompathological examination was in favor of a 

grade 3 MPNST of the « Fédération Nationale des 

Centres de Lutte Contre le Cancer » (FNCLCC), 

hence its reference.  

During the interrogation, he said that he would 

have diffuse skin lesions on his body, identical to 
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those of his two other brothers, their father, one of 

his daughter and one of his nephew (Figure 1 

represents the genealogic tree of three generations). 

The patient had headache and pain in the lesions. 

The general state was preserved. The examination 

found poorly limited bilateral skin infiltration 

extending from the peri-auricular regions to the 

supraclavicular regions. There were multilobulated 

masses in the supraclavicular regions measuring 50 

mm to the right and 110 mm to the left respectively, 

and multiple bilateral peri-auricular nodular 

swellings of 30 to 40 mm. There was spontaneous 

left auricular ulceration and the right cervical and 

right submental biopsy wounds were under 

bandaging. On the right clavicle, there was a 30 

mm nodule (Figures 2 and 3). The patient had C5 

cervical nerve root radiculalgia with intermittent 

paresthesia of the upper limb on the left. The 

patient had skin lesions in fleshy excrescence, 

hyperpigmented from 3 to 7 mm, diffuse, painless, 

evolving from childhood according to the patient 

(Figure 4). Palpation of the cervical and thoracic 

vertebrae was painful. The ophthalamic 

examination did not find any Lisch nodules.The 

physical examination of his brother found fleshy 

cutaneous lesions hyperpigmented from 3 to 9 mm, 

diffuse, isolated or in clusters. These lesions 

evolved since childhood according to this one 

(Figure 5). The injected cerebo-cervico-thoraco 

abdominopelvic CT-scan was prescribed in the 

absence of magnetic resonance imaging that would 

have required medical evacuation to the capital. 

The file was presented in the Multidisciplinary 

Onco-Neurosurgical Consultation Meeting and the 

file was to be re-discussed with the results of the 

imaging, despite the fact that the tumor was 

clinically unresectable. However, the patient did 

not return and was unreachable. 
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Discussion 

 

To our knowledge, no case of malignant tumor of 

peripheral nerve sheaths has been reported in 

Madagascar. This is consistent with the fact that 

this is a rare disease whose incidence varies across 

studies worldwide, ranging from 0.17 to 8.08 new 

cases per year (NC / year) [1–4,8–10]. In African 

literature, we found only 5 cases: 3 cases described 

by Ben Maitigue et al in Tunisia, 1 case by Rahmi 

et al in Morocco and 1 case by Legbo et al [1,6,7]. 

As in our case, MPNSTs can be associated with 

NF-1. According to the studies, the forms 

associated with NF-1 represent 22 to 53.57% of the 

samples [3,4,8,9]. As in our case, MPNSTs can be 

associated with NF-1. According to the studies, the 

forms associated with NF-1 represent 22 to 

53.57% of the samples [1–3,8,9]. Compared with 

the African data, the age of our patient (58 years) is 

similar to that of the case reported by Rahmi et al, 

who was 63 years old [6]. However, this one (58 

years old) is by far more advanced than the one 

reported by Legbo et al (40 years) and those of the 

cases reported by Ben Maitigue et al (34, 36 and 
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37 years old) [1,7]. The age of our patient was also 

more advanced than the average age found in the 

large series of MPNST all together ranging from 

34 to 37.4 years and that found in the series 

including only the MPNST associated with the 

NF-1 (ranging from 39.7 to 46.5 years) [4,8,9]. 

The list of cases that will be diagnosed later will 

allow to see their epidemiological characteristics in 

our country. 

 

We have retained the diagnosis of NF-1 in the 

presence of diffuse macular spots of varying sizes 

of progressive appearance since childhood and by 

the familial nature of these lesions according to the 

diagnostic criteria proposed by the National 

Institutes of Health. In fact, the diagnosis of NF-1 

is made at the clinic in front of the association of at 

least two of the following signs: "At least 6 

macular coffee-with-milk lesions of more than 5 

mm long axis at the pre-pubertal age and more 

than 15 mm of major axis in post-pubertal age" and 

/ or "at least two neurofibromas of all types or a 

plexiform neurofibroma" and / or "Crowe sign 

defnined as axillary or inguinal lentigines or 

freckles " and / or" bone lesions with sphenoid 

dysplasia or thinning of the cortex of long bones 

with or without pseudarthrosis" and / or" Lisch 

nodules defined as small raised gelatinous lesions 

on the surface of the iris" and / or "A first-degree 

family member with NF-1" [5]. NF-1 should be 

routinely searched for MPNST because those 

associated with NF-1 are generally larger and have 

a poorer prognosis than sporadic cases [3,4,8]. 

Similarly, patients diagnosed with NF-1 should be 

monitored regularly for early identification of 

MPNST.The presentation of the MPNST as a 

tumor mass is similar to what has been reported in 

the literature according to which it is always 

present [1,4,6–9]. The initial bilateral 

supraclavicular localization of our case differs 

from the usual presentation of the disease. Indeed, 

compared to African cases, although Ben Maitigue 

et al reported a case of supraclavicular MPNST, it 

was one-sided. The other two cases reported by 

this author were localized at the level of the root of 

the left thigh and the left forearm [1]. For the other 

African cases reported respectively by Rahmi et al 

and Legbo et al, the MPNST was located in the 

right calf and the left thigh [6,7]. Our case is 

consistent with the fact that multiple locations are 

only observed during MPNST associated with 

NF-1. On the other hand, MPNSTs can reach all 

parts of the body and can be superficial as they can 

be deep [2,4,8–10]. Radiculalgia like that 

presented by our patient was reported by one of the 

three cases reported by Ben Maitigue et al in 

Tunisia and was absent for other African cases 

[1,6,7]. The sensitive deficit presented by our 

patient is frequently reported by the authors and 

would be the most consistent sign during the 

MPNST although it is often associated with a 

motor deficit, which was absent in our case. The 

tumor masses can sometimes be painful as in our 

case and other neurological manifestations can be 

seen during this disease such as irritative 

syndromes or cerebellar syndromes [1,4,6–10]. 

Thus, in front of a tumor mass painful or not 

associated with contiguous neurological signs, it is 

necessary to evoke a malignant tumor of the 

peripheral nerve sheaths and to carry out the 

diagnostic explorations. 

 

Our MPNST was unresectable as in the case of 

MPNST localization supraclavicular reported by 

Ben Maitigue et al. Indeed, extirpable MPNST 

reported in African literature were localized at the 

limb level [1,6,7]. Contrary to the cases reported in 

the literature, our case did not benefit from specific 

treatments and was lost to follow-up. Being rare 

tumors, the modalities of care vary according to 
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the authors, as well as their evolution. The case 

reported by Rahmi et al in Morocco benefited from 

radical surgery alone and showed no signs of 

recurrence during two years of follow-up [6]. The 

African case reported by Legbo et al underwent 

radical surgery followed by adjuvant 

chemotherapy and did not recur within 11 months 

after the end of treatment [7]. In the Ben Maitigue 

et al series in Tunisia, two of the patients benefited 

from neoadjuvant chemotherapy followed by 

radical surgery followed by adjuvant radiotherapy 

and their evolution was marked by the death of 

patients by metastases at 6 months and 3 years 

respectively from initial treatment. The last patient 

in his series received palliative radiotherapy after a 

simple biopsy and died one year after his initial 

treatment [1]. In large series of developed 

countries, surgical excision of a MPNST was 

feasible in 37.5 to 96.43% of cases [2,8–10]. The 

affected nerve was identified in 20% of cases in 

the Minovi et al series in Germany and in 67% in 

the Ducatman et al series in the United States 

[4,10]. The other treatment modalities seem to vary 

according to the authors. In the Wanebo et al US 

study, adjuvant radiotherapy completed surgery in 

17.86% of cases [8]. In the Stark et al study in 

Germany, 62.5% of patients received adjuvant 

radiotherapy  [9]. In the study by Ducatman et al 

in the United States, 10.71% of patients received 

adjuvant chemotherapy and 7.14% adjuvant 

chemoradiotherapy [4]. In the Stark et al study, 

overall patient survival was 11.6 months on 

average [9]. In the Wanebo et al study, overall 

survival at 3 years was 62% and that at 5 years was 

43.7% [8]. In the Ducatman et al study, the overall 

survival of all patients combined was 34% at 5 

years and 23% at 10 years. In the same study, the 

overall survival of MPNSTs associated with NF-1 

was significantly lower, around 16% at 5 years and 

9% at 10 years [4]. Thus, any swelling should be 

labeled as soon as possible and at the localized 

stage because surgery seems the most standard and 

most effective treatment for these MPNSTs which 

are generally aggressive and whose prognosis is 

reserved.  

 

Conclusion  

 

The rarity of malignant tumors of peripheral nerve 

sheaths explains that this is the first case reported 

in Madagascar. Subsequent cases should be listed. 

Neurofibromatosis type-1 should be routinely 

investigated for MPNST because those associated 

with NF-1 are generally larger and have a poorer 

prognosis than sporadic cases. In our case, the 

diagnosis of NF-1 is likely. Our case differs from 

those reported in the literature by the initial 

presentation in the form of bilateral supraclavicular 

masses secondarily associated with radiculalgia 

and sensory deficits without motor deficits. In 

front of a tumor mass painful or not associated 

with contiguous neurological signs, it is necessary 

to carry out the diagnostic explorations. The 

diagnosis should be made as much as possible at 

the localized stage because surgery seems to be the 

most standard and most effective treatment for 

these tumors which are generally aggressive and 

whose prognosis is reserved. 
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